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NWSMEHEHWUE ®EHOTUINA CUHOPOMA MOPUAKA Y NMOAOPOCTKOB C CAXAPHbIM NUABETOM 1 TUIA (CAO1) B COBPEMEHHbBIX YCNTOBUAX

BBEOEHUWE
CuHapom Mopumnaka — BnepBble onncaHHbIN PpaHuy3ckum Bpadvom [eepom Mopuakom (P. Mauriac, 1882—

1963) B 1930 r., cCMMNTOMOKOMMJIEKC, KOTOPbIM pa3BMBaAETCA Y NaLUMEHTOB C MNMOXUM TMUKEMUNYECKUM
KOHTPOMEM:. HWU3KMWU POCT, 3aOdep)XKOM MOMOBOro CO3peBaHUA, KYLUMHIOUMAHbIAW PEHOTUN, BblipaXXeHHasq
renatomMmeranunsa ¢ NoBblLLUEHHbIM YPOBHEM DEPMEHTOB NEYEHMW.

B HacTodllee BpemMs 4acTtoTa BCTPEYaeMOoCTM Knaccuyeckoro cuHapoma Mopuaka cokpaTtunacs Ao
cnopagudyeckux cny4yaeB. TeM He MeHee, Y MMOX0 KOMMNEHCUPOBAHHbLIX OOMbHLIX MEPUOONYECKMN BCTPEYalOTCS
MOpUaKonogoOHble TMPOSABIEHUA, Yalle Yy NaunMeHToB M3 HebnaronosydHblx cemen. [lpuBognm Hawwn

MATEPUAJIbl N METO[ODbI.
OnucaHue 2 cnyyaeB cuHapoma Mopuaka 6e3 nopaxeHusl neyeHu.

HabnwaeHus.
PE3YJIbTATDI
[TaymeHTka C., 14 net. [leBo4yka OT 5 bepeMeHHOCTH, NpoTeKaBLLEN HA doHe KypeHnsa maTtepu. Poabl 3 CpOYHbIE C HU3KUMW BECOBbLIMU NMoKasaTeNsiMnU OTHOCUTENBHO rectaumMoHHoro Bo3pacrta (SDS pocra -
0,87, MMT SDS macchl tena -1,80), dpmsnyeckoe pasButne otcraBasio ¢ nepsoro roga xu3Hu. CI1 anarHoctnpoBaH B Bo3pacte 9 neT) B cocTtosaHUM anabetundeckoro ketoaumaosa (OKA). I'nukemua 17 f—

mmonb/n, HbAlc 17,7%. B 10 net gmarHoctupoBaHa uenuakmna (Ha OCHOBaHUWM MOBLILLEHUA TUTPa creundundeckmux aHtuTen). [leBoyka u3 coumanbHO Hebnaronosfy4yHou CeEMbWU, Mama 3noyrnoTpeodonser
ankoronem. Brnepsble B ®I'BY « HMWL, aHaookpuHonornm» obcnegosaHa B Bo3pacte 14 net. Poct 133 cm, SDS pocra -4,3, Macca tena 30 kr, UMT 16,9 kr/m2, SDS NIMT -1,28. UOP1 - 121,2 Hr/Mmn. 3agepxka
nonoBoro pas3sutnsa (TaHHep 1). PeHOTUNNYECKU YMEPEHHO BblpaXeHHbI maTpoHn3m. HbAlc 18,2%, cpeaHas rnmkemus 3a 30 aHen 20,2 mmonb/n. CytodHaa gosa nHcynuHa 0,9 eg/kr maceel tena. MPT
rofiloBHOro mo3ra 6e3 ocobeHHocTten. 0,90 ea/kr/cytkun),). KocTHbIM Bo3pacT Ha 9-10 net. Aucnunngemms npu HopmMmanbHOM YPOBHE MNeYeHOYHbIX TpaHcaMnHas. Y3/ opraHoB OpPHOLLIHOM MOMNOCTU — MPU3HAKU
YyMepeHHoU renatomMmeranuun. [ nHekonorom gnarHoctupoBaHa 3adep’kka NosioBoro co3peBaHug.

[TauneHTKa b., 16 net. I3 aHamMmHe3a: OT 2 PU3MNoNorM4eckn npoTekarolen bepeMeHHOCTN, 2 CPOYHbIX POAOB C BbICOKMMW POCTOBLIMWU NOKa3aTeNsAMMU OTHOCUTESNbHO rectaumMoHHOro so3pacta (SDS anuvHbl

Tena 3,25, SDS UUMT 0,57). PaHHee ncmxoMoTOpHOE U dom3ndeckoe passutme no Bo3pacty. CO1l ¢ 9 net, maHudecTtauna ¢ Ketoaumaol3om. [laHHble aHamMHe3a 4pe3BblMaMHO CKyAHble. [leBoyka K3

MHOrogeTHOW CEMbU C HEBbLICOKMM coumanbHbiM ypoBHEM. CO CfoB, B LLKOJSIE CAMOKOHTPONA He oby4yanacbk. MHbekunmn nHcynmHa — ¢ nponyckamu, 6e3 nogcyeta XE n oyeHkn ypoBHS rinnkemun. ExxerogHo -

anNn3odbl TAXKeNoro Ketoaunaosa, nocnegHun rog — 4 pasa, U3 HUX nocneaHun 6 Mec. Hasa — C pa3BUTUEM KOMbI, HA OOHE KOTOPOU pas3Bunachb ocTpad nodyeyHasd HegoCTaTOYHOCTb C ONMroypuen, nony4vyuna

16 ceaHcoB remoamanmsa. [lo noBoay XMpPOBOro renato3a nonydana eXerogHyww WHPY3UOHHYK Tepanuio (npenapaTtbl HEU3BECTHbLI). 13 XpOHUMYECKMX OCNOXHeHUW B 14 neTt AguMmarHoCTUpOBaHbLI

onabeTnyeckaa nonuHemponarTus, HedponaTtms Ha ctaaun mukpoansobymmHypum - Xbl'l C1A2, nony4vaet tepanuto nuanHonpunom. B ®I'bY «HMNLU sHaookpuHonorum» obcnegoBaHa BnepBbie B Bo3pacTte 16 -
neT. YMepeHHo BblpaXeHHbI MaTpoHunam. Poct 141 cm, SDS pocta -3,48, Bec 37 kr, SDS VIMT -0,80, 3agepxka nonosoro pa3sutna (TaHHep 2, Me otcytcTtBytoT). CpegHsaa rmmkemumsa 3a 90 aHen — 16,7
mmonb/n. HoAlc 11,6%. [NMony4yaet aHanornm 4yenoBevyeckoro MHcynmHa B cytoyHou aose 40-50 eq. He BbiaBneHo aucnunuaemun mn nosblweHnsa AJIT n ACT, a Takke yBennydeHUsa pasmepoB NeYeHU U
N3MeHeHNA ee CTPYKTypbl No AaHHbIM Y3W. OTmedeHbl pedepeHcHble 3HavyeHns OP1, B roHagocTtate — nybeprtaTHble 3HaveHusa JII, ®CI, acTtpaguona. [uarHoctmpoBaHbl apTepuanbHas rmnepTeH3ns,
CUHYyCcOBasd Taxnkapamna Kak nposBrieHna aBTOHOMHOW HeuponaTumn, oHoBad peTuHonaTtuda, noATBepXAeHbl HedponaTuda B cTagmm MMKPoanbOyMUHYpUs 1 nonmHenponaTus.

[MauneHTKa C, 14 nert

-
3AKINIOYEHMUE.
PaHHre cumnTombl cnHapomMa Mopuaka nposiBnsaTcs B 3agepke dnsn4eckoro n nonoBoro pasBuUTUS, MOABIEHNN XXUPOBbIX OTIIOXKEHMA Ha TYNMOBULLE U LLEeKax, YBENUYEHUN NEYEHU; B
JanbHeNnLeM NPosABIIEHUSA CTAHOBATCS TshKernee: rpaHuLbl NeYeHn MOryT pacLUMPATLCS BMNIOTb A0 YPOBHSA Mynka, NeYeHb Npu nanbnayum nnoTHas, YBennMYmMBatoTCH XXNPOBbIE OTNOXEHUS
Ha TynoBULLE, 3adepXXKa pocTa U MOJIOBOro pas3BUTUSA CTAHOBSATCA Oonee Bblpa)XeHHbIMW, BMAOTb A0 pa3BUTUSA UHAAHTUNIM3MA. B onmncaHHbIX HamMu HabnogeHusaX, HeCMOTPSA Ha
[OCTATOYHO XapaKTepHblh EeHOTUMN, OTCYTCTBYIOT NPOSABEHMUSA renaToMeranmm n HapylleHmsa oyHKUMM nedeHn. B HacTosiLee BpeMs Takme crydan BbIPpa)KEHHOro yBENUYEHUS NeYeHu
CBA3bIBAOT C pPa3BUTUEM T[NMKOreHHOM renaTtonaTtum, OOCIOBMNEHHOW 3HAYUTENbHbIM HAKOMMEHUEeM [NMKOreHa B renatouutax. Y BTOPOW NaumMeHTKU npu Oonbluer ANUTENbHOCTY
caxapHoro anabeTta gmarHoctTupoBaHbl cneundunyeckme MMKPOCOCYANCTbIE OCITOXKHEHUS, BNIOTb 40 pa3suTtua npu JKA ocTpon noYeyHor HegoCTaTOMHOCTM MPU OTCYTCTBUN NPOSABIIEHUNA NaumenTka B, 16 net
renatomeranmn. HecmoTpsa Ha HEKOTOPbLIN KIMHMYECKUI nonmmopdmnam nposaBrieHun cuHgpoma Mopuaka, 9T gBa cry4das TSXKEeNoro OCHOXHEHUS ABMAITCA pe3ynbTaTOM MOJSTHOMo COHTAKTLI
npeHebpeXXeHnss CaMOKOHTPOJIEM CO CTOPOHbI MauMeHTa 1 ero pogutenemn B yCrnoBUAX HU3KOIO COLMAanbHOIoO ypoBHA ceMbU. HeCMOTpS Ha 3HaYMTENbHbLIN NPOrpecc B Tepanun caxapHoro Eveniaros A O
anaberta 3a gecAaTuneTus, Takme TSXKernble KNMHUYECKME CriydYan BCTPEeYaloTCHa B NPaKTUKE JeTCKOro SHAOKPUHOMOra, YTo genaeTt AaHHOe onmcaHme KpanHe akTyanbHbIM. Emelyanov.Andrey
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